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Location Spares trunk Thorax and abdomen
Erythematous Patches Stable; underlying hyperkeratotic 
plaques
Variable size and location; 
minutes to days
Palmoplantar 
Keratoderma 50% of patients  Less common
Histopathology Similar non-specific findings  Similar non-specific findings
Electron Microscopy •	Stratum corneum: lipid vacuoles
•	Swollen mitochondria coalescing
  in perinuclear location
•	Papillary dermis:
						↑ unmyelinated nerve fibers
•	Granular layer: 
						↑ keratinosomes
Genetics Loricrin gene: chromosome 1q








































•		History of Present Illness: Patient	
presented	to	our	office	in	2002.	The	parents	
noted	dry	skin	on	the	patient’s	arms	and	legs	
since	a	month	after	birth.		Patient	was	not	a	
collodion	baby.		Patient	has	noted	progression	of	
her	dry	skin	over	time	and	flaring	in	the	spring.	
•		Family History: Paternal	grandmother	with	
similar	skin	findings.
•		Previous treatments: Salicylic	acid	
lotion,	ammonium	lactate	lotion,	urea	cream
•		Current treatment: Hydrocortisone/NaCl/
salicylic	acid/eucerin	compound	
•		Physical Examination: Pink	to	orange,	
polycyclic,	keratotic	plaques	with	slight	scale	on	
the	dorsal	feet,	anterior	legs,	dorsal	hands	and	
extensor	forearms.		The	face,	trunk	and	buttocks	
are	clear.		There	is	also	no	involvement	of	the	
palms	and	soles.	(Figures	1,	2	and	3)
•		Studies: Loricrin	gene	test:		pending
•		Biopsy: CBL	Path	(D09NY1-0215286,	
6/18/09)	Left	ankle:	“	Sections	show	skin	
with	hyperkeratosis	consisting	of	ortho-	
and	parakeratosis,	underlying	acanthosis	of	
the	epidermis	with	some	hypergranulosis,	
spongiosis,	rare	dyskeratotic	keratinocytes,	
and	an	underlying	superficial	dermal	mild	
perivascular	lymphocytic	inflammatory	infiltrate.”	
(Figure	4)
Treatment	can	also	be	difficult	for	patients	with	persistent	disease.		
Topical	agents,	which	have	proven	to	be	minimally	effective,	include	
urea,	α-hydroxy	acids,	propylene	glycol,	salicylic	acid,	coal	tar	and	
retinoids.		Calcipotriol	cream	has	also	been	used	with	unknown	
effectiveness.		Systemically,	isotretinoin,	acitretin,	etretinate	therapy	
and	oral	psoralen-UV-A	have	been	shown	to	be	effective.	
Figure 1
Figure 4
(H&E- 10X)
Figure 2
Figure 3
